Parry-Romberg syndrome is an uncommon degenerative disorder characterized by a slow and progressive atrophy of the subcutaneous tissue on one side of the face. Its etiology is unknown, and there is no cure. It is usually seen in children. Surgical reconstruction is often the best treatment option, and a wide variety of techniques have been employed. It is often difficult to diagnose Parry-Romberg syndrome because its signs and symptoms overlap with those of several other disorders. We describe a case of Parry-Romberg syndrome in a 42-year-old woman, whose age at onset was the unusual feature of this case.
Introduction
Parry-Romberg syndrome (PRS), also known as progressive hemifacial atrophy, is a rare disorder that affects the soft tissue on one side of the face, causing it to degenerate. According to the National Organization for Rare Disorders, the effects of PRS also include seizures, severe trigeminal pain in nerve-supplied tissues (i.e., trigeminal neuralgia), and possible darkening of the skin. 1 The onset of this syndrome typically occurs in the first and second decades of life, and it appears to be more common in girls than in boys. [1] [2] [3] Atrophic changes resulting from this syndrome progress over 3 to 5 years, and then they come to a halt. 1 The etiology of this syndrome is unknown, and there is no known cure. Several possible causes have been proposed, including trauma, viral infections, endocrine disturbances, autoimmunity, and hereditary factors. [4] [5] [6] [7] In 1945, Wartenberg proposed that PRS occurs as a result of hereditary degenerative changes in the nervous system. 8 Decades later, his view was supported by Sommer et al, who contended that the central nervous system (CNS) is of "pathogenetic relevance. " 9 Slimani et al recently theorized that there is a close relationship between PRS and localized scleroderma, a disease that is characterized by a hardening of the skin on the face or localized to a single extremity of the body. 10 Tollefson and Witman proposed that PRS and "en coup de sabre" are both types of localized scleroderma. 11 In this regard, they were in agreement with Wartenberg, who also said that PRS is an "abortive form" of localized scleroderma. 8 There is still debate, however, about the relationship between PRS and localized scleroderma. In 1985, Zafarulla argued that PRS should be distinguished from localized scleroderma, as well as from several other similar facial atrophic disorders. 7 The most comprehensive review of PRS was published in 1964 by Rogers, who reported on 772 cases. 12 The possible pathogenesis of PRS is well explained in his review.
The diagnosis of PRS is often difficult to establish because its signs and symptoms overlap with those of other disorders. For example, according to Mazzeo et al, at least nine differential diagnoses are possible for patients with facial asymmetries. 4 The use of magnetic resonance imagining (MRI) for detecting CNS involvement in PRS has been advocated by Sommer et al. 9 With great attention to the signs and symptoms and to the correct use of medical imaging, an accurate diagnosis can be procured. We describe a rare case of PRS in which the patient's age at onset was atypical.
Case report
A 42-year-old woman was referred to our facility for evaluation of the right side of her face, which had begun degenerating approximately 1 year earlier when she was diagnosed with diabetes. She denied any abnormal skin pigmentation or facial pain, and she had no family history of a similar problem. Prior to her visit with us, she had been evaluated by a neurologist and another otolaryngologist. During those encounters, computed tomography (CT) and MRI of the head and neck had been obtained.
Our examination of the patient's face and neck identi- fied atrophy of the subcutaneous adipose tissue on the right side of the face, which was most prominent in the infraorbital, malar, and buccal areas ( figure 1) . No abnormalities in facial motor function, tongue movement, or the appearance of the tongue were noted. The previously obtained CT had revealed a decrease in the amount of subcutaneous fat on the right side of the patient's head (figure 2, A). No discrete mass or adenopathy was evident. The CT also revealed atrophy of the left tongue base musculature ( figure 2, B) , as well as an asymmetric signal related to the submandibular glands, with the right showing a higher signal than the left. (While tongue atrophy is most commonly attributable to denervation, its etiology in this case was unclear, and we were not sure if it was related to the patient's PRS.)
MRI of the neck demonstrated an asymmetry of the musculature, with a slight decrease in size and an increase in signal attenuation of the right masseter muscle and the right sternocleidomastoid muscle. The MRI of the brain was normal. Taken together, these findings were clinically consistent with PRS.
Citing financial difficulties, the patient declined any clinical management.
Discussion
Parry 13 first described hemifacial atrophy in 1825, and then Romberg 14 described it again in 1846. Because there is still no cure, affected patients should be managed by a multidisciplinary team of physicians, dentists, and psychologists in order to alleviate the many difficulties associated with PRS.
In 2007, Guerrerosantos et al classified PRS into four types. 15 Types 1 and 2 involve a decrease in the facial soft tissue, while types 3 and 4 are characterized by thinning of the soft tissue as well as bone and cartilage atrophy. Type 1 is the least serious and easiest to treat, and type 4 is the most serious and difficult to treat.
The methods of reconstruction vary. They include fat grafts, dermis grafts, lipoinjections, free tissue transfers, orthognathic surgery, and alloplastic injectables. Van der Meulen first described the use of fat grafts in facial contour reconstruction in 1889. 16 Guerrerosantos et al suggested that fat and dermis grafts are most appropriate for mild to moderate contour deformities (types 1 and 2 PRS); for types 3 and 4, they proposed a combination of cartilage and bone grafts, free dermis grafts, and galeal flaps. 15 Lipoinjection can also be used for mild to moderate cases. Free tissue transfer has the disadvantage of scarring at the donor site. Orthognathic surgery is used when a patient lacks a projecting jaw (i.e., a gnathic index <98). The greatest benefit of orthognathic surgery is that it can be used to correct any underlying defects in the skeleton, which is essential for correcting types 3 and Parry-romberg syndrome in an adult: rePort of a case 4 PRS. Suitable alloplastic injectables include silicon, collagen, hyaluronic acid, calcium hydroxyapatite, and synthetic polylactic acid. Surgery should not be performed until after the disease has stopped progressing in order to obviate the need for a revision surgery to correct absorption of the translocated tissue. 12 Had our patient agreed to treatment, we most likely would have used lipoinjection of an autologous fat graft or an alloplastic injectable.
